The observation of two new cases in a previously reported family has brought about a change in the
mental deficiency (IQ=58). Skeletal x ray, hearing, and chromosomal analysis were normal. The child was lost to follow up and died at the age of 21/2years of unknown cause but with no sign of jaundice. CASE 2 This sister of case 1, born 101/2 months later, showed unilateral ear atresia with bilateral meatal atresia, bilateral preauricular fistula and appendage, malar hypoplasia, macrostomia, unilateral inguinal hernia, club feet, and ventricular septal defect. The occurrence and duration of cholestasis led to exploratory surgery of the bile ducts which proved to be normal. Histologically the diagnosis of giant cell hepatitis was proposed. After a period of improvement the child's condition deteriorated with periods of remission. No motor development was noted. X ray of the spine, urinary tract exploration, and karyotype were normal.
Death occurred at 26 months. Pathological examination of the liver, revised later after the further cases, showed in two thirds of the portal fissures a lack of interlobular bile ducts with bile duct proliferation in the periphery and some inflammatory infiltrates. The plasmodial transformation of hepatocytes seen previously was thought to be only a secondary reactive change. CASE 3 This boy, born four years after the previous child, weighed 3600 g at birth. At 1 month jaundice appeared and death occurred at 8 months. He was not examined personally, but no malformations were noted. The facial features were not described. The liver biopsy showed a plasmodial transformation of the whole liver parenchyma with the beginnings of some fibrotic changes. Paucity of interlobular bile ducts was noted in most of the portal fissures examined. CASE 4 This boy was born after an interval of 3 . . . Case 3. weight 2700 g. Clinical findings at birth showed macrostomia and malar hypoplasia, large fontanelles, club feet, hypospadias (figure), and right inguinal hernia. The skeletal x rays and ophthalmological examination were normal. Vermis agenesis was discovered on cerebral ultrasonography.
At 5 days, jaundice with cholestasis appeared. At 8 weeks, a left inguinal hernia was noted. At 9 weeks, a liver biopsy was performed because of persisting jaundice. Histological examination showed a lack of bile ducts in some portal fissures which were often oedematous with inflammatory changes. A plasmodial transformation was noted. At 6 months, jaundice was still persistent with periods of remission. Growth and mental development were very poor. There was marked axial hypotonia. X ray and ophthalmological examination remained normal. The karyotype performed with high resolution banding was normal.
The parents are first cousins. The mother was 22 years old at the first child's birth and there was no history of drug or radiation exposure or illness during the four pregnancies. The father was 28 years old at the first child's birth. Nine years previously he had undergone six months' treatment for tubercular pleurisy. By questioning the parents we learnt that a distant cousin (consanguinity with reported cases= 1/128) had died from jaundice during the neonatal group 
